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AKTyanbHOCTh. MyKOBUCIH103, UM KUCTO3HBIA (uOpo3, - Hanbosiee 4acToe reHeTHYeCKH
JETepMUHUPOBAHHOE 3a00JIeBaHUE, KOTOPOE XapaKTepU3yeTcCsl MOPaKeHHEM 3K30KPUHHBIX KeJe3
opranu3ma, oOycnmoBneHHoe Mmyrtanueil B reme CFTR. HacmemoBanme rema MykoBHcInmo3a
IPOUCXOAUT IO ayTOCOMHO-IOMHHAHTHOMY TUMy. YacToTa MykoBucuuo3a B bemapycun — 1 : 8 000
HOBOPOXIEHHBIX. B mATHAECATHIX TOaX MPOIUIOro CTOJNETUSI TaKUE ETU YMUPAJIHU, HE JJOKUB 10
10 ner. OpHako, ceifuac Gyarojapsi ycrnexam B TE€paluud U BO3MOXKHOCTSM PaHHErO BbISBJIECHU s
NATOJIOTMH, NPOJOJKUTENBHOCTh XKU3HU IIallUEHTOB 3HAYUTENIBHO BBIpOCHAa. MyKOBHCUUAO03 —
3abosieBaHue MyJbTHCHUCTEMHOE. be3 anekBaTHOro JiedeHus, IPUMEHEHHUs CIIeUaIbHBIX MEIUKO -
pEeadUIMTALMOHHBIX IIPOrPaMM MPOJOJDKUTENBHOCT )KM3HU TaKUX MAaLlMEHTOB PE3KO CHUYKAETCS.
[TosToMy, BepHas TpaKTOBKa MEIUKO-AEMOrpaduyeckoil CUTyallud IO MYKOBHCLMJ03y B Hamiei
CTpaHe MO3BOJIUT OLEHUTH 3((PEKTUBHOCTH JIEUEHUS U pa3paboTaTh HOBbIE HANpaBieHUs B cdepe
peaduIMTaluH.

Heas: U3YyYUTh 0COOEHHOCTH KJIMHUYECKUX  NPOSIBIEHUH,  JabOpaTOpHBIX,
MHCTPYMEHTAJbHBIX JAHHBIX y NAMEHTOB C MyKOBHCIIMJIO30M.

Marepunanbl u Meroabl. PerpocrniekTuBHBIA aHamu3 32 ucropuil 00JIe3HM NAIMEHTOB,
HAXO/MBILIUXCSI HA CTAllMOHAPHOM JIEYEHUU B 3 TOPOJACKONW JNETCKOM KJIMHHUYECKOW OOJIbHUIE B
nepuon ¢ 2018 mo 2020 rona.

Pe3ysabTaThl U X 00cyxKIeHne. B xone BeImomHEeHUs Hamield paboThl, OBIIIO BBISBICHO, YTO
MYKOBHCIHUI030M dHaire Ooneror neBouku (56%). B 37% crmydaeB quarHo3 yCTaHaBIIMBAICS yiKe
IpU POXKAECHUU (pa3BUBAJICS MEKOHMANBHBIA Wieyc). Y BCEX HAIMX MalMEeHTOB HaOIromaercs
cMmelaHHas gopma MyKoBHCIMI03a. 63% MaleHTOB HUMEIOT CpellHee rapMOHUYHOe (U3NYECcKoe
passute, y 37% nereit Habmomaercs aeduuudT wmaccel Tena. 96,9% marueHToB  ObUTH
TOCHUTAIM3UPOBaHbI T1aHOBO. Y 21,9% manmueHToB OTCYTCTBOBaIM kaynoObl. 59,4% mnanueHToB
NpPeIbSBISUI KajdoObl HA MPOJYKTHBHBIM Kallellb C OTXOXJIEHHEM BS3KOW TPYIHOOTHEINsEMON
*keEnto-6enoit MokpoTsl, 6,3% cyxoil kamenb, 12,5% - Ha Hapymienue cryna, 3% - Ha oAbILKY. B
o0mMX aHajnM3aXx KpPOBM M MOYM BBIPAKEHHBIX H3MEHEHUH He oOHapyxwiock. llpu
OMOXMMHMUYECKOM HCCIIE0BaHIH Hanbosee 4acTo ObLIO BBISIBIEHO MMIIONPOTENHEMU S U NTOBBIILIEHHUE
KOHLIEHTpallud HMoHOB xiyopa. Ilpu komposiormueckoMm uccienoBanuu B 100% ciyqaeB ObLIoO
BBISIBJICHO PAa3JIMYHOM CTENCHM IOBBIIIEHUWE HEUTpanbHbIX kupoB. [lpu ynbrasBykoBoi
JTMAarHOCTUKE OpraHoB OprommHoi monoctd y 92,8% mnanuentoB Obui oOHapyx)eHbl auddy3HbIe
W3MEHEHUS TMOKENyJOuHOMN >kene3pl M medeHu. [lo pesynabrataM KOMIBIOTEPHON TOMOTrpaduu
OpPraHoB TI'pyAHOH KieTkH 95% manueHTOB MMEIT NpU3HAKU (UOPO3HBIX HM3MEHEHHMH JIErKuxX
pa3IMYHON CTENeHM BbIpaXKeHHOCTH. HamOosiee yacToif comyTCTBYIOIIEH MaTONOTUEl SBISIOTCS
cuHApOM Henu(depeHIMPOBAHHONW JHMCILUIA3UHU  COCIUHUTEILHOM TKaHHW, TPYJAHOH KIIETKH,
HapyuieHue ocaHku. Y 93% o0cnenoBaHHBIX BBISABISCTCS MHILEBAsi THIIEPYYBCTBUTEIBHOCTD, B 18
% cimyyaeB — bUIbLIEBAS CEHCUOMIHA3AIHS.

BoiBoabl. [IpoananusupoBaB ucTOpuM 00J€3HH, OBLJIO BBISIBIEHO, YTO HA COBPEMEHHOM
JTare MyKOBHUCIII03 PEUMYIIECTBEHHO MpeACTaBiieH cMenanHoil gopmoit. bossme 80% nereit ¢
mykoBucuugozom umeer JIMT. Cpean comyTCTBYIOIIEH MAaTOJOTMM YacTO BCTpPEYAETCs
NOJMBaJIeHTHast ceHcuOmnm3anus. Haubonee BBIpaKeHHBIE HM3MEHEHHs, IO pe3yJibTaTaMm
MHCTPYMEHTAJIBHOTO 00CIeJOBaHuUs, OOHAPY>KEHBI B JIETKHX, NOKEIY0YHOM XKeyle3e U B MEeYCHHU.
[Ipy nedyeHMH MANMEHTOB C JAaHHOM NATOJOrHMe HEoO0XOAMMO OOJIbIIIOE BHUMAaHHE YACNATH
MPaBHJILHONW MEAUKAaMEHTO3HO! Tepanuu, TueToTepaniu, GU3noTepanuu 1 KHHE3UOTeparHHy.
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